A dominant cone dystrophy spanning seven generations was found in a pedigree from the Netherlands. The onset of the decline of visual acuity started after the age of 20, while a near complete absence of blue cone function (a so-called tritan defect) already existed before the presence of any ophthalmological abnormalities.
Retinal receptor dystrophies comprise rod-cone dystrophies (usually retinitis pigmentosa), cone-rod dystrophies, and cone dystrophies. In the latter, the scotopic system, responsible for night vision, remains intact. Since conerod dystrophies will eventually lead to blindness, it is important to distinguish these conditions from cone dystrophies in which some visual function remains. The absence of rod involvement can be shown objectively with the help of the electroretinogram (ERG).
The mode of inheritance of inherited cone dystrophies is usually autosomal dominant but can be autosomal recessive or X linked.'-3 In most instances colour vision is impaired and progressive loss of visual acuity (VA) occurs within the first two decades of life. The colour vision disturbance is reported to be usually of the red-green type. ' In this article we present a family with a hitherto unreported form of cone If one were to speculate that two separate genes, one for dominant cone dystrophy and one for a tritan defect, are responsible for the findings in our family these two genes would have to be extremely close since throughout the many steps between generations II to VII no segregation has occurred. Thus, the hypothesis of one single gene seems to be the most likely, a gene which appears not to have been described previously. 
